As you have pointed out, all of the DNTC cases reported in Japan have been non-familial. You postulate DNTC as a different phenotype of primary familial brain calcification (PFBC); however, the reason for this postulation is unclear. As you have pointed out, none of the DNTC cases have had a familial burden. In addition, the most important neuropathological features in DNTC are localized brain atrophy, including bilateral temporal lobe atrophy, numerous neurofibrillary tangles (NFT), and severe neuronal cell loss without senile plaques in the atrophied cortices. In addition, these pathological findings are thought to cause the main clinical features of DNTC.
You also suggest that NFT findings in DNTC cases have been due to cohort bias, considering that 57.6% of Japanese patients have been older than 60 years. However, as I have described above, the appearance of NFT is apparently
